SUMMARY A 29-day-old infant born of consanguineous parents had type 1 hyperlipoproteinaemia associated with lipaemia retinalis. Biochemical analyses disclosed hypertriglyceridaemia, hyperchylomicronaemia, and lipoprotein lipase deficiency. Ophthalmoscopically all retinal vessels had the creamy appearance of lipaemia retinalis. The plasma lipoprotein levels and fundus condition became normal after her ingestion of fat was limited. To our knowledge this is the youngest patient reported with type 1 hyperlipoproteinaemia associated with lipaemia retinalis.
Type 1 hyperlipoproteinaemia is an autosomal recessively inherited disorder characterised by hyperchylomicronaemia and hypertriglyceridaemia.' To date fewer than 100 cases of the disorder have been reported.) Lipaemia retinalis is peculiar in this disorder.'2 However, the fundus picture has been rarely shown. 3 We describe lipaemia retinalis in a 29-day-old infant with type 1 hyperlipoproteinaemia.
Case report An apparently normal baby was delivered on 12 July 1983 after a full-term uneventful pregnancy. Her birth weight was 3280 g. The parents, who were first cousins, and a 2-year-old brother were in good health (Fig. 1) and reactive. The corneas were transparent, and corneal arcus or crystalline was absent. Xanthoma was not seen in the iris. The optical media was clear.
Ophthalmoscopically the optic discs were whitish but not swollen. All vessels had a creamy appearance, and it was difficult to differentiate retinal arterioles from veins (Fig. 2) . The extravasation of lipid material from the vessels was not prominent. The retina seemed normal, and no retinal haemorrhage was noted. The scotopic electroretinogram response was normal.
After the patient's ingestion of fat was stringently limited, serum cholesterol, triglyceride, and chylomicron levels were reduced: serum cholesterol, 200 mg/dl (5-2 mmol/l); triglyceride, 300 mg/dl (3.4 mmol/l); and chylomicron, normal levels within several days. When the triglyceride concentration dropped below about 2500 mg/dl (28-2 mmol/l), the fundus changes cleared (Fig. 3) 
